Tuberosclerosis complex is a genetic disorder that can affect several organs (such as the brain, lungs kidneys, eyes, the heart, bones and the skin). Pulmonary lymphangioleiomyomatosis is a disease that is mostly seen among young adult women. It is characterized primarily by the non-neoplastic atypical proliferation of smooth muscle cells in the lung parenchyma. Here, we present a case of lymphangioleiomyomatosis-associated spontaneous hemopneumothorax in a tuberosclerosis patient, which we did not encounter in the literature.
Introduction
Pulmonary lymphangioleiomyomatosis (LAM) is a disease that is mostly seen among young adult women. It is characterized primarily by the non-neoplastic atypical proliferation of smooth muscle cells in the lung parenchyma. Tuberosclerosis complex (TBS) can be observed in 1-2.3% of the cases. The most common pleural complications in these cases are recurrent pneumothorax and chylothorax (1) . Here, we present a case of LAM-associated spontaneous hemopneumothorax in a TBS patient, which we did not encounter in the literature.
Case
The 20-year-old female patient admitted to the emergency room with the complaints of chest pain and shortness of breath. The oxygen saturation of the patient was 70%; the pulse, 115/min; the blood pressure, 80/40 mm/Hg. The PA lung image revealed total pneumothorax and pleural effusion in the right, and that the mediastinum had shifted towards the left hemothorax. The patients underwent emergency tube thoracostomy. Approximately 1000 cc hemorrhagic fluid was drained together with some air. The hemoglobin value in the pleural fluid was 6.5, and the relative hemoglobin (blood) value was measured as 13.1. There were no abnormal findings in the other routine blood tests. The patient had been monitored for 10 years for Tuberosclerosis. The physical examination revealed lesions compatible with sebaceous adenoma in the face, lesions compatible with Shagreen patch in the back and periungual fibroma in the side of the right hand's third finger. The tomographic imaging revealed paraseptal emphysema regions in both lungs, increased ground-glass densities and mosaic pattern appearances ( Figure 1 ). After 5 days, the patient was discharged with recovery. The TBS patients with lung involvement commonly have lesions with lymphangioleiomyomatosis (TSC-LAM), however, there are reported cases with multifocal micronodular pneumocyte hyperplasia (4) . LAM is typically observed among young adult women, which may be associated with estrogen secretion (5) . There are sporadic forms of LAM (S-LAM), which are rare and not associated with TSC mutation. These LAM forms can affect the lungs, the lymphatics, the retroperitoneal region and the kidneys, but do not affect the skin, eyes or the central nervous system (5) . Clinically, LAM patients are mostly asymptomatic, but the most common symptoms are a chronic cough, hemoptysis, wheezing, chest pain, and effort dyspnea (1, 4) . The most frequent complaints at the admission are spontaneous pneumothorax and chylous pleural effusion due to lymph node involvement (1, 4, 6) . The spontaneous hemopneumothorax clinic seen in our case has not been found in the literature. Spontaneous hemopneumothorax can develop due to the tear of the adhesion between the parietal and visceral pleura, the rupture of the vascular bullae that lie underneath the lung parenchyma, or the tear of the congenital aberrant veins that are localized in and/or around the bullae in the lung apex (7) . In our case, the hemothorax is thought to be caused (1, 4, 5) . The histopathologic examination of our patient has revealed extensive cystic structures, fusiform cells that proliferate around these cystic formations and the dilated bronchioles, and micronodular pneumocyte hyperplasia foci in bundles. The aforementioned areas were histochemically positive for SMA, HMB45, progesterone receptors, estrogen receptors, CK7 and TTF-1.
The kidneys of the TBS can develop AML, fat-density cysts, cortical cysts, and rarely, cancer (8, 9) . The most dangerous complication of renal AML is bleeding due to vascular rupture (8, 9) .
In our case, the para-medullary cortical cysts and AMLS are shown radiologically shown. There was also a history of emboly in the left kidney due to massive hematuria. The clinical trials among the TBS patients indicate that the sirolimus treatment, mTOR (the mammal target of rapamycin), can provide regression in AML, LAM and brain astrocytomas.
The corticosteroid and cytotoxic agent treatments (administered for the improvement of lung functions) were found to have limited benefits (5, 10) . The literature reports applications of videothoracoscopic wedge resection, limited pleurectomy, and pleurodesis. It is indicated that lung transplant can be effective for the terminal patients, however, it is shown that the LAM cells can migrate to the transplanted lung to cause recurrence(1).
Conclusion
In our case, the 1-year follow-up and the apical wedge resection have indicated that the treatment was sufficient without complications.
